bowel infection heals before the genital infection becomes apparent, this seems unlikely since actinomycoticinfectionin other parts ofthe bodyinfrequently heals in the absence of treatment", We present this case, therefore, as a rare and hitherto unrecorded cause of acute peritonitis.
Mucocoele of the appendix is a rare condition found at only 0.2% of appendlcectomies'. Occasionally the mucocoele will degenerate or rupture leading to widespread peritoneal dissemination of mucus producing epithelium with associated mucus ascitespseudomyxoma peritonei. This report may be the first of a case of extraperitoneal rupture of an appendiceal mucocoele. This resulted in a giant retroperitoneal mass with a chronic, cutaneous sinus.
Case report
A 57-year-old man was admitted to hospital in 1977 with a 2·year history of intermittent right loin pain. Examination revealed a large, tender, abdominal mass, extending from the right loin down to the right iliac fossa. Investigations. demonstrated upward displacement of a normal right kidney but failed to elucidate the nature of the abdominal mass and, therefore, a laparotomy was performed.
At operation there was a large retroperitoneal swelling involving the right paracolic gutter. The caecum was pushed forward but the appendix could not be identified. The mass was opened and found to be multicystic, containing 3 litres of brown mucus. Biopsies were taken and the cysts drained extraperitoneally.
Histological section of the cyst wall revealed highly hyperplastic epithelium of the mucus secretory, large bowel type. There was no evidence of malignancy. Postoperatively the cyst drained 250 ml of mucus per day. This slowly decreased and after 8 weeks the drainage stopped.
Three weeks later the mass recurred and so it was re-explored via an extraperitoneal approach. There was a large cavity containing mucus and slough within which a perforated appendix was identified (Figure 1 ). Appendicectomy was performed and the cavity drained. Histology showed a benign mucocoele of the distal appendix.
The patient was symptom free for 18 months when he developed an incisional hernia. A Keel-type repair was performed during which a large hernial sac was opened. There was no evidence of mucus ascites.
The patient remained well until 1982 when his abdominal mass recurred. This was again drained extraperitoneally; however, following surgery, the mucus discharge failed to stop and he developed a chronic sinus opening into his right flank ( Figure 2) . The sinus has persisted for 5 years and continues to discharge up to 100 ml of mucus per day.
Various agents, including savlon, noxiflex, mercuric perchloride and tetracycline have been introduced into the sinus. Other therapeutic measures employed include: mucolytic agents, low dose radiotherapy, systemic chemotherapy with treosulphan and radio- At present, 10 years following presentation, the patient remains remarkably well. The sinus continues to discharge mucus and intermittent infection is his only problem. Thus far this has been adequately controlled with local antibiotics.
Discussion
In 1968 Early2 described a giant retroperitoneal mucocoele of the appendix which contained 10 litres of mucus. This had not ruptured and complete, curative excision was possible. The case reported above differs as the mucocoele appears to have ruptured into the retroperitoneal tissues, with spread of the mucus secretory epithelium into the intermuscular planes. Histology has revealed marked cellular atypia but there is no evidence of invasion Journal of the Royal Society of Medicine Volume 81 November 1988 669 through the basement membrane and thus the condition must be considered benign. This correlates with the patient's remarkably good health with no evidence of metastatic disease after 10 years.
The ability of this apparently benign disease to permeate through tissue planes, without evidence of infiltration, whilst producing copious amounts of mucus, has led us to term the condition 'pseudomyxoma extraperitonei'. Despite the extraperitoneal pseudomyxomatous cyst initially being opened into the peritoneal cavity the patient has never developed mucinous ascites.
In conclusion, pseudomyxoma extraperitonei is a very rare condition resulting from the rupture of a mucocoele of a retrocaecal appendix into the extraperitoneal tissues. In common with the intraperitoneal variety, eradication of mucin producing tumour cells is a difficult problem. Despite permeation into muscle planes the disease is benign and the prognosis appears to be better than pseudomyxoma peritonei as vital structures are not involved in adhesive processes.
